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SUMMARY
A 61-day-old boy with jaundice was referred to our 
hospital, developing an intracranial hemorrhage because 
of vitamin K deficiency. Cerebral ventricle drainage 
was performed immediately for acute hydrocephalus. 
At 82 days, operative cholangiography revealed hepatic 
duct obstruction with a patent common bile duct, 
these findings were indicative of biliary atresia. Porta 
hepatis dissection and hepatic portocholecystostomy 
were performed. Histopathological examination of 
the surgical specimen revealed that the number of 
interlobular bile ducts was markedly decreased to 
0.45 in every portal area. A paucity of interlobular bile 
ducts, characteristic facial featurees, butterfly-shaped 
vertebrae, and pulmonary arterial stenosis enabled 
us to confirm a diagnosis of Alagille syndrome with 
hepatic duct obliteration. Mutation of the Jagged 1 gene 
was subsequently identified. The child is now 1 year 
and 8 months old and is awaiting liver transplantation.
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